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Beeoenue

HetipoGnactoma — sKcTpakpaHUalIbHAsL OMYXOJIb Y JIETEH, MPOUCXOAUT U3 PA3BUBAIOIINXCS
HEMPOHAIIBHBIX KJIETOK CUMIIATUUECKON HEPBHOM CHUCTEMBI (CTBOJIOBBIX KJIETOK HEPBHOT'O rpeOHs)
C pa3HOOOpa3HbIMU KIMHUYECKUMHU MPOsBICHUAMH [1]. AHaTOMUuYecKas JIoKaiu3aius HelipoOna-
CTOM JIOCTaTOYHO pazHooOpasHa: 50 % B HaAMOYEeYHMKAX, B Mapa- U NpeBepTeOpaabHBIX CHMIIA-
TUYECKUX TaHTIUsAX U naparanrinusax (5 % B LepBUKaNbHBIX, 15 % B TopakalibHBIX, 25 % B pe-
TpOIEpUTOHEANbHBIX U 5 % B Ta30BbIX [3]. OnHON W3 MpUYMH BO3HUKHOBEHHUS HepoOIacToM
CIIyXHUT — HacjencTBeHHas. [IpomekyTouHble MpPOrHOCTUYECKUE (aKTOpbl: BO3PACT MalMeHTa
crapuie | rosa, JTOKaIM30BaHHAs OMYXOJIb C MOPAKEHHEM JIUM(paTHUYECKUX Y3JI0B, Y JeTell Miaie
1 roga MeracTasbl B KOCTH M KOCTHBIN MO3T, OTcyTcTBHE amruindrkanyy resa MYCN u cermeHt-
HBIX XpPOMOCOMHBIX abeppauuii [2]. B cBsi3u ¢ 3THM, U3yuyeHHE MOJIEKYJISIPHO-TE€HETHYECKUX OITy-
XOJIeH JaHHOTO XapaKTepa, JaeT BO3MOYKHOCTh OLIEHUTh MPOTHO3 3a00JICBaHMU.

Hens

N3yueHne MoneKyIsspHO-Tr€HETUYECKUX OCOOCHHOCTEN HEMPOOIacTOM YeoBEKa.

Mamepuan u memoowl ucciedosanusn

Teopetnueckuii ananus, 0000IEHHE, CUCTEMATU3ALUS U UHTEPIIPETALIUs TUTEPATYPHBIX UC-
TOYHHUKOB I10 BOINPOCY MOJIEKYJISIPHO-TEHETHUECKUX OCOOEHHOCTEH HEeWpoOIacTOM 4eIoBeKa.
s nmpoBeneHus uccaenoBaHus ObLIN UCIIOIb30BaHbI JaHHBIE, IOJyUYEHHbIE U3 0a3bl JaHHBIX Te-
HOB http://www.genome.jp B yacTHOCTH 110 reny MY CN.

Pe3ynomamul uccnedosanus u ux 0o6cyycoenue

OCHOBHBIM MPOOHKOTEHOM CEMEHCTBA TPAHCKPHUIIIUOHHBIX (PakTopoB sBisieTcss — MYCN,
KOTOPBII KOAMPYET OAMH M3 AJCPHBIX OEJIKOB U y4acTBYET B CO3JaHMU TPAHCKPUIIIIMOHHBIX pe-
T'YJISITOPHBIX KOMILIEKCOB co criennpuueckumu JIHK-cBs3pIBatommmu cBoiictBamu. Pacronara-
ercst reH MY CN Ha KopoTkoM 1uiede XpoMocoMmsl 2 B jokyce 2p24. benku MY C KOoHTponupyroT
KJICTOYHBIA IUKI W KiIeTounyio npoymdepanuio [4]. MYCN ydacTByeT B amMIumMpUKaIUKA, HO
(YHKIIMOHATFHBIE MYTAIlUK B €r0 Mpejesax He 00HapyKeHbI. AMILTU(HUKAIHS 3TOTO TeHa HeoO-
XOJuMa JUIsl YBETUYEHNsI MUTOTUYECKOM aKTMBHOCTU M MPEAOTBPAILEHUS CO3PEBAHUS OIYXOJIH.
Ammmndukanus resa MYCN nabmonaetcst B 20-30 % mnepBUUYHBIX HEHPOOIACTOM U SIBIISETCS
OJIHUM U3 TJIaBHBIX [10Ka3aTelNeil arpecCUBHOCTU 3a00JI€BaHMsl, paHHEH YCTOMYHMBOCTU K XUMUOTE-
panuu ¥ HebJIaronpusaTHOro nporuosa. CymectByer 2 tTuna amrumgukanuu resa MY CN: skctpa-
XpOMOCOMHAs! (HaJIM4Me JBOMHBIX allEHTPUYHBIX XPOMOCOM) U BHYTPUXPOMOCOMHAsI (TOMOI'€HHO
OKpaleHHbie pernoHsl). Heiipobmactomsl ¢ ammumdukammeiit MYCN sBISIOTCS, KaK PaBHIIO, He-
i hepeHIMPOBAaHHBIMU WM HU3KOIU(PPEPEHIINPOBAHHBIME OMYXOJIIMH C BBICOKMM MHUTOTHYE-
CKUM HH/IEKCOM M KJIACCU(PULUPYIOTCS KaK HeOJIarompusaTHas TUCTOJIOrHuecKas rpymnna [5].

Beneacrue amrundukanuy, HabnoAaeTcs IpKo BbIpakeHHOE NoBblleHne ypoBHI MYCN
oenkoB. B ctpyktype MYCN conepxkutcs C-koH1IeBOM 0CHOBHOH y4acTok (OVY), KOTOphIi MO-
xet npucoeaunasaTbes K JHK, u crnmpanp-netnsa-cnmpans(CIIC)-neinuna 3ambikatonmii (Zip, ot
aHIJI. Zipper) JIOMEH, KOTophlid (pm3myecku B3ammoeicTByer ¢ npyrum CIIC-Zip 6emkom, MAX.
Takast cTpykTypa xapakrepHa Ui Bcex 0enkoB u3 rpynmsl MY C renos. OOpa3oBaBIIrecs: AUMEpH
moryT npucoenuusaTees kK LIALI'TTT IHK mocnenoarensHOCTH. MYCN 0€70K, B OTJIWYHHA OT
MAX 06enxka, conepkuT 0koi10 N-KOHIA y4acTOK, MPEJOCTABISIONINNA BO3MOKHOCTh aKTUBUPOBAThH
tpanckpumniuio reoB. MY CN/MAX rerepoaumMeps! akTHBUPYIOT, 8 MAX/MAX romoumMepsl 1mo-
JABIISIFOT TPAHCKPHUIILMIO TOKa €II€ HeUIeHTU(HLIMPOBAHHBIX IT€HOB-MUILICHEN. B kineTkax Helpo-
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6mactomsl, rie MYCN neperynupoBaH, HapymeH 6ananc Bzaumoseiictust OY-CIIC-Zip 6enxos,
U, CJIIOBATENILHO, I'eHbl, KOHTponupyeMmble MYCN, MOryT ObITh aHOMAJIBHO 3KCIPECCUPOBAHBI U
TEM CaMbIM U3MEHAIOT Pa3BUTHE HOPMAIBHBIX KJIETOK € MOCIEAYIOIIMM Pa3BUTHEM OITyXO0JH [3].

Crenyer OTMETUTh, YTO B OITyXOJIEBBIX U CTBOJIOBBIX KJIETKAaX Takke HaOJI0MaI0T BBICOKYIO
IKCTIpeccHio Teraomepasbl. Bee Heiipobiactombl ¢ ammumpukanueit rera MYCN peMoHCTpHpPY-
10T BBICOKYIO TEJIOMEPA3HYI0 AKTUBHOCTb.

Boieoown

B Haie Bpemsi, npuyrHa BO3HUKHOBEHHs HEHPOOIACTOM B OpraHU3Me YesoBeKa OCTaeTcs He-
JIOCTAaTOYHO H3yueHHOH. HelipoOiacToMbl MMEIOT YHHUKAJIbHBIE MOJEKYJISPHO-T€HETUUECKUE Xa-
paxrepuctuku. [Ipumepno B 40 % ciryuaeB Habmonaercs amruindukanus N-Myc oHKoreHa (LuTo-
IEHETUYECKU NPOSIBIISETCS B BUJIE AONOJHUTEIBHOTO T€HETUYECKOTO MaTepuaiia B GopMe IBOMHOMN
MHUHYTBI WIN 3aITOH, MO0 TOMOT€HHO OKpAIlIEHHbIX 00JacTei) W moreps reTepo3uroTHOCTH B
Buje neneuuu 1p (KopoTkoro miaeda 1-ii XpoMOCOMbI). DT U3MEHEHUS CBSA3aHBI C ILIOXUM IPO-
THO30M U, KaK IpaBUJIO, CBUJIETENbCTBYIOT O MPOABUHYTHIX CTaausAX 3a0onesanus. OHU ABISIOTCS
Ba)XHBIMU TIPOTHOCTUYECKUMH (PAKTOPAMH U MOTYT HCIIOIB30BATHCS ISl ONIPEACTICHUS TPYIIT pHUC-
Ka. Jlpyrum Ba)XKHBIM LIUTOT€HETUYECKUM U3MEHEHUEM SIBJISIETCS NTOBBILICHHE AaKTHBHOCTH TEJIOME-
pa3bl B OITyXOJIEBBIX KJIETKAX, YTO MOKET MOCITYKUTh BaKHBIM JUarHOCTUYECKUM MPU3HAKOM.
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Beseoenue

Putmel cepaua v mMo3ra uyenoBeKa XapaKTEpU3YHOT €ro JKU3HEIEATENbHOCTh U MPOLIECCHI
afanTaluy K MOCTOSHHO MEHSIOIIMMCS YCIIOBUSIM BHEIIHEW U BHYTPEHHEH Cpelbl. Y CTAHOBIICHO,
4TO BCE IPOLECCHI, IPOTEKAIOLINE B OPraHU3ME YEJIOBEKA, HAXOAST CBOE OTPaKEHHUE B U3MEHE-
HUSX cepAedHOro purMma. [logunHAACH cUrHAIaM LEHTPaIbHOW HEPBHOW CHUCTEMBI U TOJIOBHOTO
MO3ra, Hallle cep/Ie 3aAaeT puT™M paboThl BCEX OpraHoB. Maieiiiiiee BO3IeHCTBHUE HA OPTaHU3M
BeEeT K U3MEHEHUIO JaHHOTO puTMa. TakuM 00pa3oM, HA OCHOBAHUU M3Y4EHHUs TUHAMMKH PHUT-
MOB Y€JIOBEYECKOT'O CEep/lla MOXKHO OOBEKTHBHO OILICHUTh COCTOSHHE OpraHu3Ma U MPOrHO3UPO-
BaThb €ro BO3MOJKHbIE M3MEHEHHs. TEXHOJIOTMH aHajau3a KapAUOPUTMOJIOTHYECKHX IPOLECCOB
JekaT B OCHOBE JieicTBHs mpudopa «Omera-Cy» [1].

BrisiBiieHue BIMSHUS BEreTaTUBHOM PEryJIsIIMM HA OPTaHU3AIMI0 OMO3IEKTPUIECKON aKTHB-
HOCTH MO3Ta, KaK CHenn(uIeckoro aganTalliOHHOTO0 MEXaHU3Ma OpraHu3Ma CTYICHTOB, MTO3BO-
JUT OLEHHUTh YPOBEHb (U3NYECKON PabOTOCIIOCOOHOCTH M ONTHMH3HPOBATH HATPYy3Ky JJIS TO-
BBIIIIEHUS PE3YJITATOB B yUeOHOU JesATeNbHOCTH [2].
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